[The current concept of primary IgA deficiency and its prevalence in Iceland.].
IgA deficiency is among the most common primary immune deficiency known. Its prevalence, ranging from 1/324-1/1850, depends upon the study group geographic location and its ethnicity. IgA deficiency is commonly associated with other immune defects such as IgG2, and IgG4 deficiency. In addition, ataxia telangiectasia has been associated with IgA deficiency as well. The clinical significans of IgA deficiency is presently unclear. However, increased susceptibility to atopy, autoimmunity, infections and cancer has been reported. Furthermore, majority of these diseases are bound to the mucosal surfaces; the organ where IgA is thought to have its most protective role. Recent studies focusing on the genealogy of primary IgA deficiency have found linkages to chromosome 6, 14, 18 and 22. In addition, a link to certain HLA haplotypes has been reported. Thus, further studies into the immunogenetics of IgA deficiency are needed, particularly focusing upon the question why some individuals with IgA deficiency are prone to diseases whereas others are not. In this article some of these questions are addressed, and the current literature on the topic reviewed.